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Abstract: Primary cutaneous anaplastic large-cell lymphoma is part of the spectrum of CD30+ lymphoprolifera- 
tive cutaneous processes, characterized by single or multifocal nodules that ulcerate, are autoregressive and 
recurrent. Extracutaneous dissemination may occur, especially to regional lymph nodes. Histology shows a dif- 
fuse, non-epidermotropic infiltrate , anaplastic large lymphoid cells of immunohistochemistry CD30+, CD4+, 
EMA-/+, ALK-, CD15- and TIA1-/+. Prognosis is good and does not depend on lymphatic invasion. 
Radiotherapy, removal of the lesion and/ or low-dose methotrexate are the treatments of choice. The present 
study reports the case of a 57-year-old-woman presenting Primary cutaneous anaplastic large-cell lymphoma 
with multifocal lesions. The pacient evolved with pulmonary involvement 7 years later. She showed a good 
response to the treatment with low-dose methotrexate prescribed weekly. 
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Resumo: Linfoma cutaneo primario de grandes celulas T anaplasicas faz parte do espectro de processos linfopro- 
liferativos cutaneos CD30+ e caracteriza-se por nodulos unicos ou multifocais, ulcerados, autorregressivos e reci- 
divates. Pode haver disseminagao extracutanea, principalmente para linfonodos regionais. O histologico mos- 
tra infiltrado difuso, nao-epidermotropico, grandes celulas linfoides anaplasicas de imunohistoquimica CD30+, 
CD4+, EMA-/ +, ALK-, CD15- e TIA1-/ +. O prognostico e bom e independe da invasao ganglionar. Radioterapia, 
retirada da lesao e/ou metotrexato em baixas doses sao os tratamentos de escolha. Este estudo relata o caso de 
uma mulher, 57 anos, com Linfoma cutaneo primario de grandes celulas T com lesoes multifocais e que, apos 7 
anos, evoluiu com acometimento pulmonar. Apresentou boa resposta ao tratamento com metotrexato em baixas 
doses semanais. 
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INTRODUCTION 

The primary cutaneous anaplastic large cell 
lymphoma (PCALCL) is a non-Hodgkin lymphoma 
(NHL) of cutaneous T-cell presentation, without sys- 
temic involvement at the time of the diagnosis and in 
the next six months. It has been well-established that 
PCALCL express the CD30 antigen in more than 75% 
of their tumor cells. 1 The incidence of PCALCL among 
other types of peripheral T-cell NHL is 1.7%. It reaches 
an overall peak in the sixth decade of life and an aver- 
age of 50% of cases are diagnosed in patients aged 61. 2 



Most patients present with solitary or localized 
nodules, papules or plaques. However, up to 20% of 
patients may have multiple lesions. Ulceration may be 
present or not. The lesions usually occur on the trunk, 
face, extremities and buttocks and are usually asymp- 
tomatic. 3 Histologically, these lesions show a diffuse 
infiltrate composed of large sized T lymphocytes with 
characteristic morphology of anaplastic cells with 
round, oval or irregular nuclei, prominent 
eosinophilic nucleoli and abundant cytoplasm; nor- 
mally, they do not present with epidermotropism. 13 
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The immunophenotype consists of CD4+, CD30+, 
CLA+, EMA-/+, TIA1-/+, and CD15-ALK-3. 

The diagnosis of cutaneous lymphomas is dif- 
ficult and often delayed, because of the large number 
of differential diagnoses involving the entire spectrum 
of primary or secondary CD30+ cutaneous processes. 

The main differential diagnoses include lym- 
phomatoid papulosis (LP) and systemic anaplastic 
large cell lymphoma with cutaneous involvement. 4 

To distinguish PCALCL and LP, longitudinal 
observation is often necessary as the histopathological 
differentiation between the two conditions is difficult. 
LP lesions are smaller (<3 cm). Although more diffuse, 
they are self -limited and do not progress with time. 35 

Regarding systemic lymphoma, it is more com- 
mon in young men, under 35 years old, presenting 
with disease in stage III or IV with lymphadenopathy, 
B symptoms and a short and progressive course , 
besides presenting translocation t (2.5) expressing 
ALK+. 36 

It is an indolent neoplasm with good prognosis 
and five-year survival rate between 76% and 96%. 7 
Cutaneous recurrences are frequent (39%) and extra- 
cutaneous dissemination occurs in about 13% of cases, 
mainly to regional lymph nodes. 8 

Radiation therapy, removal of the lesion and/ or 
low-dose methotrexate are the preferred treatments 
among patients with localized lesions. 3 Rapidly pro- 
gressive or extracutaneous disease should be treated 
with systemic polychemotherapy. 2 

In this paper, a case of primary cutaneous 
CD30+ anaplastic large T-cell lymphoma is reported 
for its exuberance and rarity. 

CASE REPORT 

A woman, aged 57, female, from Campina 
Grande-PB, has had skin lesions since 2001. The 
lesions began as eczema located in upper and lower 
limbs that have evolved to a widespread scaly and 
quite pruritic rash with papules and nodules which 
ulcerated and spontaneously regressed, leaving per- 
manent hypochromic stains (Figures 1 and 2). 

She did outpatient treatment with a specialist 
since the onset of disease, but she only received a 
definitive diagnosis in 2007 (after six years of evolu- 
tion). Until the diagnosis, she had been given oral 
antihistamines and topical steroids, without improve- 
ment. She also needed hospitalizations for secondary 
infections. 

She underwent three skin biopsies (in 2004, 
2006 and 2007); the first two were not conclusive. 

The lesion biopsy performed in 2007 showed 
infiltration of atypical lymphoid cells of medium and 
large sizes in the superficial and reticular dermis and 
in the subcutaneous tissue with significant eosinophil- 



ia (Figure 3) suggesting the creation of a immunohis- 
tochemical panel for cancer that was positive for 
CD30 , CD3 and CD15 markers and negative for Ki67 
and ALK. 

As for the diagnosis, tomography of the chest 
showed several nodules scattered throughout the 
parenchyma of both lungs (Figure 4). 

Treatment was initiated with methotrexate in 
weekly doses and achieved good clinical response. 




Figure 2: Lesions on scalp 
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Figure 3: Infiltration of medium and large atypical lymphoid cells 
in the superficial and reticular dermis and in the subcutaneous tis- 
sue, with significant eosinophilia 




Figure 4: Chest CT scan showing parenchymal nodule in 
the left hemithorax 



DISCUSSION 

A case of CD30+ PCALCL in a 57-year-old 
woman was reported. In the literature, this type of 
lymphoma affects more frequently males than females 
with a ratio of 1.5-2:1. 12 Regarding the age group, it 
affects more adults in the sixth decade of life 4 and the 
aforementioned patient is close to this age group. 

Most patients with PCALCL present with local- 
ized lesions and up to 20% of patients may have mul- 
tiple lesions. 2 In this case, the lesion was characterized 
by a scaly and quite pruritic rash with multiple papu- 
lar and nodular ulcerated lesions, disseminated 
throughout the body. The lesions improved sponta- 
neously as well as regressed, which is consistent with 
recent literature. 

The most common form of systemic involve- 
ment is regional lymph nodes, but the patient had an 
atypical systemic involvement on lung, after seven 
years of evolution. 68 

Considering the size of the lesions presented 
and their progression over the years, the differential 
diagnosis between LP and PCALCL favored lym- 
phoma. 

Systemic lymphoma was ruled out as the 
patient had no other complaints, except those related 
to skin lesions; no systemic involvement was revealed 
on the onset of disease and until seven years later (CT 
and myelogram normal); ALK+ was not expressed; 
and a good prognosis was shown. 

The treatment with methotrexate in weekly 
doses proved effective, as shown in literature, in 
which with a 15-20 mg weekly, response occurs in 
approximately 87% of patients. 8 

This case report shows the importance of defin- 
ing the diagnosis to individualize treatment, avoiding 
aggressive conduct for treating a disease with good 
prognosis, despite the exuberance of clinical manifes- 
tation. Regardless of good prognosis, it is necessary to 
closely monitor these patients because of the potential 
risk of dissemination or extracutaneous spread, 
besides recurrence of the disease or even development 
of other malignancies, such as mycosis fungoides, 
Hodgkin or non-Hodgkin lymphomas. □ 
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